Background: Cardiomyopathy is an independent predictor of morbidity and early mortality in mitochondrial DNA disease, and occurs in 20-40% adult patients harboring the common m.3243A>G mutation, usually with a hypertrophic phenotype. Pathogenetic mechanisms are unclear yet no prospective study of myocardial structure and function has been performed to identify antecedent markers of cardiac involvement.
Conclusions:
Concentric cardiac remodeling is identifiable in patients harboring the m.3243A>G mutation without clinical cardiovascular disease. This occurs in association with characteristic changes in systolic intramyocardial strains and torsion, and patients with higher mutation loads may be at increased risk of developing cardiomyopathy. 
